INTRODUCTION
============

Stewart Treves syndrome is characterized by the presence of lymphangiosarcoma on chronic lymphedema. Commonly described as subsequent to radical mastectomy, it can also occur in cases of congenital diseases and chronic lymphedema secondary to other diseases. ^[@r01]^ It occurs in 0.5% of patients undergoing radical mastectomy with axillary dissection after 5 years or more. ^[@r02]^ The disease affects predominantly women, with a higher incidence in the fifth and seventh decades. The main etiopathogenesis is chronic lymphedema and it is believed to occur a neoplastic proliferation with blood and lymphatic endothelial differentiation, but it\'s not possible to determine which predominates, not existing a direct relationship with breast cancer. ^[@r03],[@r04]^

CASE REPORT
===========

Female patient, 79 years old, came to the Dermatology department due to the presence of a node on the right arm, with local bleeding. She presented Alzheimer\'s disease and reported history of radical mastectomy on the right side, lymph node dissection and adjuvant therapy (radiotherapy and chemotherapy), for 7 years; and hysterectomy for 2 years due to cervix cancer. Dermatological examination revealed erythematous nodule with bleeding surface on the right forearm on chronic lymphedema. Diagnostic of pyogenic granuloma and amelanotic melanoma were suggested. It was performed excision of the lesion.

The patient returned in 2 months with histopathological results that showed multifocal epithelioid angiosarcoma, infiltrating the skin and deep soft tissue, and also microscopic perineural invasion without angiolymphatic invasion. Surgical margins were free. At the time, she presented papules and erythematous-violet nodules on the right arm on chronic lymphedema during dermatological examination ([Figure 1](#f01){ref-type="fig"}). A new diagnosis was made: lymphangiosarcoma on chronic lymphedema (Stewart-Treves syndrome). In the breast ultrasonography it was found a left retroareolar nodule. Total abdominal ultrasonography, laboratory tests and chest X-ray showed no alterations. The patient was monitored in conjunction with the Oncology and Orthopedics departments, that performed amputation of the right arm, keeping proximal humerus.

![Multiple papules and erythematous-violet nodules on chronic lymphedema in the right upper limb](abd-90-03-s1-0229-g01){#f01}

After 3 months there was a local recurrence of lesions in the base of the amputated arm, and a new surgical approach was programmed ([Figure 2](#f02){ref-type="fig"}).

![Local recurrence of lesions in the base of the amputated arm](abd-90-03-s1-0229-g02){#f02}

DISCUSSION
==========

Sarcomas are connective tissue tumors, comprising approximately 1% of all malignant tumors. They are subdivided according to the tissue of origin, and angiosarcoma is one of its aspects, emerging from vascular endothelium.

Stewart-Treves syndrome occurs usually after a latency period of 5 to 11 years after mastectomy. ^[@r05]^ There is failure of the local lymphatic drainage and consequent accumulation of interstitial fluid and lymphatic stasis. Thus, there is a reduction in local immunity with cellular degeneration by growth factors and angiogenic stimulus. This chronic process generates the malignant transformation characteristic of the disease. Use of radiotherapy in adjuvant treatment of early disease contributes directly to the development of the syndrome, attacking the DNA, and indirectly causing lymphatic blockage. ^[@r06],[@r07]^

The clinical profile features, as initial injury, violet stains and papules on chronic lymphedema, with possible ulceration of lesions. The most common sites of lesions are arms, followed by forearms and elbows.

The dissemination of lymphangiosarcoma occurs in the subcutaneous tissue, following the subcutaneous veins and extending beyond the proximal region of the affected limb. Metastases can impact any organ by hematogenous route, affecting most frequently lung and bones.

For diagnosis, besides dermatological test, it should be done a histopathological examination of the lesions, characterized by irregular vascular spaces of different sizes, and covered by polygonal cells with pleomorphic hyperchromatic nuclei and with positive immunohistochemistry for CD31 and CD34 ([Figure 3](#f03){ref-type="fig"}). ^[@r08]^

![Irregular vascular spaces of different sizes and covered by polygonal cells with hyperchromatic pleomorphic nuclei (hematoxylineosin 10X).](abd-90-03-s1-0229-g03){#f03}

Considering that the disease is multifocal, it can be treated with limb amputation associated with radiotherapy. ^[@r01]^ Excision should be wide when there is possibility of surgical margin. ^[@r04]^ Chemotherapy is reserved for patients with no clinical or surgical conditions, as unresectable disease or refusal of amputation. Radiotherapy is performed as adjuvant therapy.

The prognosis of Stewart-Treves syndrome is poor. ^[@r09]^ Its survival rate is approximately of 15 to 30 months and, without treatment, of nearly 6 months. ^[@r01],[@r10]^ Local recurrence rate is high, with frequent need for further amputation. ^[@r08]^

Although it is a rare disease, the diagnosis of Stewart-Treves syndrome is extremely important due to its morbidity and, especially, to its mortality. The disease can cause disability and impairment of the patient\'s quality of life, as well as lead to death in short time. Diagnosis should be made early, since it will cause a positive impact on survival and reduce the appearance of complications. But to reach an early diagnosis, medical specialties responsible for the treatment of the primary cancer, including breast cancer, should be aware of the emergence of this syndrome as a result. ^[@r05]^
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